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Abstract
Myotonic Dystrophy (DM), the most common muscular atrophy in adult, is caused by abnormal
expansion CTG repeats in 19q13.3. DM is a multisystemic disorder with a high phenotypic variability.
The most severe type of DM is Congenital DM (CDM). CDM is transmitted from the affected mother.
However, some cases of paternally transmitted CDM have been reported. The intergenerational
increase in severity is influenced by the sex. Here, we compared five paternal CDM families with two
maternal DM families in terms of the clinical symptoms and the size of CTG repeat expansion. The
detection of the number of CTG repeats was performed by non RI-PCR Southern blot hybridization.
The clinical features of 13 items were discussed. There was no difference in CTG repeat length and
clinical features between the fathers and mothers. Paternal CDM resulted in shorter CTG repeat
length and lighter severity of the clinical symptoms in the affected offspring than maternal CDM.
When the carrier was the mother, intrauterine or other maternal factors might have been involved
in the transmission of the DM.
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